He has shown no response to Epsikapron and has had several severe attacks of abdominal colic, vomiting and black loose motions which have been dramatically relieved each time by transfusions of a pint (473 ml) of fresh frozen plasma of the same blood group.
The other patient, a woman aged 29, is a less severe case and intermittent doses of Epsikapron have been ofsome benefit. Professor P J Hare: Why, if this disorder is based on an enzyme deficiency, are its manifestations intermittent ? Is it known what precipitates attacks? Dr Warin: It is well recognized that attacks may be precipitated by trauma, infections and emotional stress, and the suggestion is that such factors reduce the small amount of C'1 esterase inhibitor which is present. Dr P W M Copeman: The differing responses to treatment of patients with hereditary angio-cedema could reflect the two known varieties of C'l esterase inhibitor defects. Such a distinction might be relevant when replacement treatment becomes a practical possibility. Dr November 1971: Polyarteritis nodosa was suspected and prednisone 7.5 mg daily for three months was administered without benefit. Hb 9 g/l00 ml, ESR 95 mm in first hour, EMG normal.
There was no relevant past or family history. (Wilkinson 1965) . The evolution of our patient's disease is interesting. During the first four years the vasculitis appeared to affect only the skin. In the last eighteen months progressive systemic disturbance has occurred with weight loss (30 kg), progressive anaemia (Hb 8 g/100 ml), high ESR and hyperglobulinemia. Polyarteritis nodosa was considered, but there was no evidence of specific organ system involvement and a muscle biopsy and EMG were normal. According to Winkelmann & Ditto (1964) First, the skin can only react in a limited number of ways so that a given manifestation in the skin may be due to several causes. Secondly, psoriasis very rarely affects the mouth whereas lesions here are oommon in Reiter's disease. Finally, possibly 10 % of patients with Reiter's disease develop skin manifestations. If skin lesions in the latter condition are really psoriasis, either Reiter's disease is peculiarly prone to affect psoriatic patients or altematively 10% of the population are potential psoriatics and will develop psoriasis given the right stimulus. Both possibilities are unlikely.
There may, however, be some genetic association and an investigation of the incidence of psoriasis in relatives of patients with Reiter's disease might be informative. Dr J Pegum: All will agree with Professor Hellier that psoriasis of the mucous membranes is rare. However, in generalized pustular psoriasis (GPP) lesions in the mouth are common, and some patients with Reiter's disease have a widespread pustular eruption indistinguishable from GPP. Dr E Wilson-Jones: It is possible that studies on distribution of human leukocyte antigens in psoriatic patients and in Reiter's disease would be of value in determining the relationship of these two diseases.
(meeting to be continued)
